PATHOLOGICAL EXAMINATION
Naked eye examination revealed a buphthalmic globe with an ectatic limbus inferiorly. A mass was present outside the eye posteriorly below the optic nerve; the iris appeared atrophic. On opening the globe it was noted that the lens was small, there was choroidoretinal atrophy, and the optic nerve head was cupped. No obvious intraocular tumour was apparent.
Histopathological study, however, revealed neoplastic tissue infiltrating the uvea on one side over a wide area, extending from the iris and ciliary body anteriorly to the posterior pole (Fig. 1) . Anteriorly, papillary and tubular structures with the formation of large cystic spaces lined by primitive epithelium were seen ( Fig. 2a and b) . The stroma was filled with proliferating endothelial cells and there were vascular channels of various sizes, but on the whole small. This tissue had the features of an infantile angioma. There was infiltration of this vascular element through the sclera, and an extraocular angiomatous mass lay posteriorly (Figs. 3 and 4 ).
There were no histological features to suggest H. andE., x2-5 malignancy, but tumour extended to the cut edge, and removal of the orbital component was obviously incomplete. In view of this, and of the infiltrative nature of the lesion, a close follow-up of the case was recommended to the clinician.
DIAGNOSIS
Teratoid medulloepithelioma exhibiting a vascular component and with orbital involvement.
Discussion
As was suggested by Zimmerman (1970) , tumours of the non-pigmented ciliary epithelium are divided 132 primarily into 2 main groups, namely the embryonal or congenital, and the adult or acquired. Both the benign and malignant varieties of 'pure' and 'teratoid' medulloepitheliomata can be regarded as congenital neoplasms.
The pure type of medulloepithelioma is characterised by the formation of multilayered sheets of undifferentiated cells similar to the primitive medullary epithelium of the optic vesicle. Tubular and papillary structures resembling ciliary epithelium are also formed, and there may in addition be rosette formation, pigment epithelium formation, and differentiation into astrocytic elements. The presence of undifferentiated sheets of neuroblastic cells as seen in retinoblastomata is observed in the malignant varieties of such tumours. Teratoid medulloepitheliomata contain, in addition to the medulloepitheliomatous components, heteroplastic elements, most notably cerebral tissue, hyaline cartilage, and skeletal muscle, which are not normally found in the eye during either embryonic or postnatal development.
The case presented is unique in that while the tumour can be classified as a teratoid medulloepithelioma the presence of a conspicuous vascular element resembling an infantile angioma with orbital involvement is as far as can be ascertained the first documented report of such an association. It is of interest to speculate that if only the orbital tissue had been submitted for histopathological examination the diagnosis made would have been one of infantile angioma; the presence of a teratoid medulloepithelioma was not suspected until the enucleated eye was fully examined. Zimmerman (1971) has pointed out that a sarcomatous orbital tumour may possibly have originated within the eye, and he cited the example of a chondrosarcomatous neoplasm in the orbit following enucleation of the eye for presumed retinoblastoma. The malignant orbital lesion was considered retrospectively to be part of a teratoid medulloepithelioma, and although there is no histological evidence of malignancy in the case described in this presentation the association of orbital and ocular involvement is not dissimilar.
